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PEAKUN C{\Y‘IAPI COYETAHUA ATPE3NN JKEAYEBBIBOAAIIINX
IIYTEN U SITUS VISCERUM INVERSUS ABDOMINALIS

LOIBEOY BO Tromenckuit TMY M3 PO, 2I'BY3 TO «O6AacTHas KAMHUYecKast 60AbHUIIA N 2»,
STAY3 TO MKMLI «MeAUIIUHCKAN FOPOAY, IIATOAOrO0aHATOMUYECKOe 610po, I. TroMens, PO

YenoBeKy CBOMCTBEHHO BHEIIHee OMJIaTEpPaIbHO-CHMMETPUYHOE CTPOEeHHe, IIPU 3TOM BO BHYTPEH-
HeM CTPOEHHH TeJia IIPUCYTCTBYET JeBO-IIpaBasd aCUMMeETPpHuA. Muorue BHYTPE€HHHE OPraHbl UMEIOT
acMMMeTPUYHOEe CTPOeHUe WU pacmoo:kenue. Cpenn Jrogeil BCTpeYaroTesa MPeACTABUTEN C AHO-
MaJHUAMHU YCTAaHOBJIEHHUSA JIEBO-MIPABOl acuMMeTpuu — npumMepHo y ogaoro Ha 8000—20 000 HoBo-
posxaennbrx. Situs inversus totalis — aHoMaJabHOE MOJIOKEHNE OPTraHOB MPEICTABIAET COOOM IMOJI-
HOe 00paTHOe PaCIloJIOKeHe BHYyTPeHHIUX opraHoB. CocTosaHue 3T0POBhA JIUIL C JAHHOH aHOMAaJNel

IIPH OTCYTCTBUH COILYTCTBYIOINMX IIOPOKOB 00BIYHO HOpMAJbHOE. PaGoTa OpraHos mpu u30JIMpoBaH-
HOM 00pPATHOM HX PACIOJO:KeHHHU He cTpagaer. CaM MOPOK HOCUT XapaKTep 0COGEHHOCTH, a JIIOIH
IOKMBAIOT IO TIIy0OOKOM cTapoCTH. JIeTaIbHBIN NCXO/ IBJISIETCA Pe3yJIbTaTOM BPOSKIEHHBIX IIOPOKOB
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cepaua (BIIC), aTpe3uu :ker4eBbIBOAAINICH CHCTEMbI, HAPYIIEHN I MOBOPOTA KNIIEYHUKA UM CBA3aH
C BOCIIAJIUTEJHHBIMHU 3a00JIeBAHUAMHU. ATpe3us KeI4eBbIBOAANINX MyTeil (OuauapHasa aTrpesus) —
JOCTATOYHO PeIKas MATOJOTHS, XaPAKTePU3YIOLIASICA OTCYTCTBUEM JKeJTYEeBBIBONSIINX Iy Tel, J1u60
HapyIIeHNeM X IMPOXOANMOCTH. B IeTCKOI MOy IsAIMu BCTPEYaeTCd Y OHOr0 HOBOPOKIEHHOTO U3
15 000—30 000. PanHAs fUarHOCTUKA OUJIMAPHON aTpe3uH SABJAETCA KpaiiHe BasKHOM MJd 6Jiaro-
NPUATHOTO McXona 3aboseBaHus. [[uarHos JoJIKeH ObITH IOCTABJIEH 10 6 Hemes b ;KU3HU peOeHKa,
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mOTOMY 4TO ¢ 9 HeJeJib pa3BUBAaETCA UPPO3 NMeueHu. B cTaThe onmmcaH KIMHUYECKHUI cIydai coue-
TAaHUS OOPATHOTO PACIIOJOKEHUS OPTAaHOB OPIOIIHOM ITOJOCTH U ATPE3UH KeTUYeBhIBOAAIINX IIyTeH.
K coxanxenuio, nmarios OMJIHAPHON aTpe3uu OBLJI MMOCTABJIEH Pe0EeHKY MO3HO, KOT/IA yiKe HAYaJnuCh
HeoOpaTUMble M3MeHeHus B meueHu. CBoeil myOamkamueil MbI XOTeJIN HAIOMHHTH BpauyeOGHOMY
COOOIIECTBY, YTO Y A€Tel ¢ 00PATHBIM PACIIOJIOKEeHUEeM BHYTPEHHUX OPraHOB HE00X0AUMO IIOMHHTb,
YTO 3TOT IIOPOK PA3BUTUA MOJKET COYETATHCA C APYrUMMU aHOMAJUAMU, B T.4. M C HEIIPOXOAUMOCTBIO
sKeTYHBIX X0n0B. U ecain y peGeHKa ¢ 00paTHBIM PACIOJIOKeHNeM BHYTPEHHUX OPraHOB MMeeT MeCTO
3aTAHYBIIAACS JKEJITyXa, TAKOIl MAIUeHT TpeOyeT MPHUCTAJBHOTO 00CIEeJOBAHUSA HA IPEeIMET BO3-
MOSKHOI OUIHAPHOI aTpe3uu.

Knwouesvie cnoea: obpammnoe pacnonoxeHue SHYMPEHHUX OpP2AHO08, AMPE3Us HeJ1e8bl800AUUX
nymeil.

Hum.: M.A. Axceavpos, B.A. Emenvanosa, T.B. Cepeuenro, JI.A. Ezoposa, P.M. Ypysoaes, A.M. Ax-
ceavpos. Pedxuil cayyail covemanus ampe3uu Jeniedbl800auux nymeil u situs viscerum inversus
abdominalis. [Teduampus. 2018; 97 (6 ): 198-201.
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A person has an external bilaterally symmetric structure, while the inner structure of the body
is left-right asymmetrical. Many internal organs have an asymmetric structure or arrangement.
Among people there are representatives with anomalies of left-right asymmetry. It occurs in
about one in 8000—20 000 newborns. Situs inversus totalis — abnormal position of organs is a
complete reverse arrangement of internal organs. The state of health of persons with this anomaly
without concomitant defects is usually normal. Organs function normally with their isolated
reverse location. The defect itself is a feature, and people live to a very old age. Lethality is the
result of congenital heart defects (CHD), biliary atresia, impaired bowel movement or associated
with inflammatory causes. Atresia of the biliary tract (biliary atresia) is a fairly rare pathology
characterized by the absence of bile ducts or their patency disorder. According to statistics in
pediatrics, it occurs in one newborn out of 15 000—30 000. Early diagnosis of biliary atresia is
extremely important for a favorable outcome of the disease. The diagnosis should be made before
6 weeks of the baby's life, because cirrhosis develops from 9 weeks. The article describes a clinical
case of a combination of abdominal organs reverse arrangement and biliary atresia. Unfortunately,
biliary atresia was diagnosed late, when irreversible changes in the liver had already begun. With
this publication authors wanted to remind the medical community that in children with internal
organs inverse arrangement this developmental defect can be combined with other anomalies,
including bile ducts patency disorder. And if the child with a reverse arrangement of internal
organs has prolonged jaundice, such a patient requires a close examination for possible biliary
atresia.

Keywords: a reverse arrangement of internal organs, biliary atresia.
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Yes10BEKYy CBOWICTBEHHO BHeIIIHee OuJaTepasibHO-
cuMMeTpUUHOe cTpoeHme. IIpu 3TOM BO BHYTpPEHHEM
CTPOEHUU TeJia IPUCYTCTBYET JIeBO-IIPaBasi aCUMMETPUA.
MHorue BHYTpeHHUE OpPraHbI HNMEIOT ACHMMETPUYHOE
CTpoeHUe MU pacimoiokeHre. Cpeau Joaeil BCTpedyaroT-
csl IPeACTABUTENIN C aHOMAJIUSMU YCTAHOBJIEHUS JIEBO-
IpaBOii aCUMMETPHUM C YACTOTON NIPUMEPHO Yy OIHOTO
Ha 8000-20 000 mHOBOpO:KIZEeHHBIX [1-3]. AHOMaIbHOE
moJiosKeHme opraHoB — situs inversus totalis mpemcras-
JsieT co0oil IToJTHOe 00paTHOe PacIoJioyKeHe BHYTPeHHUX
opraHoB. ITIocKOJIBbKY MHBEPCUA OPTAHOB B JAHHOM CJIydae
abcosoTHAs, TO UX pabora ckoopauHUpoBaHa. CocTosgHMe
3I0POBbA JIUI[ C JAaHHON aHOMaJiMeil HPU OTCYTCTBUU
COIIYTCTBYIOIINX IOPOKOB CEPAIla O0OBIYHO HOPMAaJIbHOE,
JKaJ00bI OTCYTCTBYIOT. PU3UUECKU OHU TaKiKe Pa3BUTHI
YAOBJIETBOPUTEIBHO U MOKUBAIOT JO I'IYOOKOI CTapoCTH
[4, 5].

Oxoso 25% uarogeii ¢ situs inversus MMerwT COCTOSI-
HUe, U3BECTHOE KaK IepBUYHAA NUJINAPHASA AUCKUHE3U
(PCD). PCD — gucyHKIIUS peCHUUEK, KOTOPas IIPOABJIIA-
eTcs BO BpeMs pasBUTHUA ILJIofa. Situs inversus B couera-
Huu ¢ PCD usBecteH Kak cuagpom Kaprarenepa, xapak-
TepU3yIOIUicsa Tpuagoi: situs inversus, XxpoHUYecKue
CUHYCUTHI M OPOHX09KTa3bI [3, 6]. [Ipu aHOMaIBEHOM ITOJIO-
JKeHUU OPraHoB, Kpome situs inversus totalis, BeigesnstoT
situs inversus partialis u situs ambiguus. CymiecTByeTr
nBa moaTuma situs ambiguus (rereporaxkcum): mpaBbIit
usomMepusM (CUHAPOM acIieHuu, cuHApoM VBemapka)
¥ JIeBbIM m3omepusM (moJiuciieHusm). Ilpu jieBom Tuie
M30MepUHN OTMeuaeTcs YABOEHUE JIEBOPACIIOIOKEHHBIX
BHYTPEHHUX OPTraHOB, a IIPABOPACIIOJIOKEHHBIE MOLYT
orcyTcTBOoBaTh [7]. McTMHHAA HONMYyJIAIMOHHAA YacTOTa
CUHJpOMAa TIeTepOTAKCUU [TOCTOBEPHO HeumsdBecTHA. Kro
yacrtora B CIITA cocrasiser or 1:10 000-1:20 000 nmo
4:1 000 0000 HOBOpOsKAEHHBIX [8]. ¥ HOBOPOKIEHHBIX
¢ BposkaeHHbIMEU nTopokamu cepzua (BIIC) ee o6HapyKu-

BaioT B 2,2-4,2% cayuaes [9, 10]. JleranbHBINH HCXOL
aBaserca pesyabraroM BIIC, aTpesuu sKerueBbIBOIAIIEH
CHCTEMbI, HapYIIIeHUH II0BOPOTAa KUIIIEUHUKA MU CBA3aH
C BOCHIAJINTEJbHBIMU 3abosieBaHusaAMU. Cpeu MaJIbUNKOB
BcTpeuaercdA yaie. MosKeT mepeaBaThbCs U3 ITOKOJIEHUSA
B MOKOJIEHNE II0 ayTOCOMHO-IOMUHAHTHOMY, ayTOCOMHO-
perieccuBHOMY U X-clielJIeHHOMY THUITy [8].

Situs inversus partialis uaime Bcero BcTpeuaercs Kak
nekcrpakapausa. I3 abmoMuHAJIbHBIX OPraHOB Hambojee
YacTo HeIPaBUJIbHOE PACIOJIOJKEHVe UMEIOT Te, KOTOpbIe
pasBUBAIOTCA W3 CpeaHel KUINKHU. MHBepcusd KeaygKa
W [BEHAAIATUIIEPCTHON KUIIKU A0 KEeJTYHOTO COCOYKA
ypesMepHO penku [3, 11].

WN3omepusm, nHBEpPCUsS OTJEJIbHBIX OPraHOB U reTe-
poTaKcus YacCTO IPUBOLAT K IIpo0eMaM CO 3J0POBLEM,
TaK KaK COUeTaI0TCs C APYTMMU MOPOKaMU Pa3BUTHUA.

ATpesusa KeJUEeBBIBOAAIMX IyTeid (OuauapHasa
arpe3us — BA) — gocTaToyHO penKasi MaTOJOTHUA, XapaK-
TePUIYIOIIasicad OTCYTCTBUEM JKeJIUEeBBIBOAAINIUX ITYTEH,
aubo HapyueHueMm ux npoxomumoctu [12-15]. Ilo cra-
TUCTUKE B METCKOU IIONMYJAIUN BCTPEUYAETCS y OJHOTO
"HOBOpO:KaAeHHOoro u3 15 000—30 000, cooTHOIIIEHNE MaJIb-
YUKOB U JeBouek coctaBysger 1:1,4 [12, 15]. B mocaen-
Hee JecATUJIeTHe JOCTUTHYT 3aMeTHBINA IIPOrpecc B Jieue-
HHUU HOBOPOMKJIEHHBLIX C JAHHOW IaTOJIOTHel OJsaromaps
padHell IUarHoCTUKe, IIPOBeIeHUI0 omepanuu Kacam u
TpaHCcILIaHTanuKu IedeHu. Ha sdpheKTUBHOCTL JIeUeHUSA
OKa3bIBAIOT BJAUSAHNE (PYHKIMOHAJIBLHOE COCTOSHUE IIeue-
HU ¥ CPOKU BBLIIOJIHEHUS ollepaliuu. PaHHAS TUArHOCTU-
kKa BA aBiserca KpailiHe BaKHOU IJis1 0JarONpUATHOTO
ucxona saboneBaHud. [luarHos KoJKeH OBITH IIOCTABJIEH
no 6 Hemenb KU3HU pebeHKa, MOTOMY 4TO ¢ 9 Hemelb
pasBuBaerca 1nuppos mneuvenu [13]. IIpu BHemeueHOUHOH
dopme omepanusa Kacau B pasinuyHBIX MOAUPUKAIIUAX,
BBIIIOJIHeHHAs 10 60-ro gHA KU3HU, yerelrsa B 15% ciy-
yaes [12—-15].
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B Hamreil KJWMHWKE MbI HAOJIIOZAJN ABYX HAI[MEeH-
TOB ¢ situs inversus. B mepBoM cayuae MbI HaOJIOmAIN
IOHOIIIEHHOTO MaJIbuMKa, Y KOTOPOTO TeTepoTaKcuye-
CKUIl CUHIPOM COUYETAJICA C BBICOKOI KUIIIEYHOH HEIpOo-
xoxumocThi0 [16]. B 2017 r. B KJIMHHUKY HOOCTyHHUJIA
nesouka T. mnsa mpoBemeHUsA OWMOICHMU TIEYEHU C JUa-
THO30M: aTpesus »KeJaueBbIBOAAMUX myTei? (Q43.8).
XoJiecTaTUYECKUH TeMaTUT CPeJHEeN CTeleHU aKTUBHO-
ctu. BenkoBo-sHeprernueckasa HemocraTrouHocTs 111 cre-
neHu. BpOKIeHHBIN MOPOK cepAlia — KoapTalus aopThI,
HK 0. Manasa anomanusa pa3BUTHUA cepAlia (aHeBpusMa
KOPOHAPHOTO CHUHYCa, NOIOJHUTEJbHAA XOPIA JIEBOTO
JKeJIyIouKa). BposKIeHHBIN TOPOK PAa3BUTUA — HEIIOJHBIH
IIOBOPOT OPTAHOB OPIONIHON mOJOCTU. PebGeHOK mpuOhII
u3 Tamxukucrasa. B Bospacre 7 MecAleB IeBouKa ObLIa
HampaBJieHa Ha rocnutanusanuio B O6sacTHYI0 GOJIbHU-
Iy B CBABU C COXPAHAIOIIENCA KEeJITYIITHOCTBIO KOYKHBIX
TIOKPOBOB M HU3KOU MacCoi TeJja.

WsBecTHO, UuTO pebeHOK poxuicsa oT I 6epeMeHHOCTH,
I pomoB. Macca Tena npu poxxaenuu 2950 r. Pogurenun
pebeHKa nasbHUE poAcTBeHHUKU. COOp aHAMHE3a 3aTPY /-
HEH 13-3a A3BIKOBOTO 6apbepa. ¥ IaJIoCh BHICHUTH, UTO
JKeJITyXa MOSABUJIAaCh B Bo3pacTe 4 IHeIl, II0 IIOBOLY Yero
pe6eHOK HaXOJUJICA Ha CTAI[MOHAPHOM JIEYeHUY B TeUeHUE
20 nHeit. 3aTeM B 3 MecsIla ¢ IOL03PEHNEM Ha KUIITEUHYIO
HEMIPOXOJUMOCTb O0pAIaanch 3a MEIUIIMHCKON IIOMO-
IbI0. BBEITOJIHAMYN PEHTTEHOJIOTHUECKOEe 00CIeIOBAHUE C
KOHTPACTOM, [TATOJIOTUY HE BHISABJIEHO.

IIpu o6parennu B O61acTHYIO OOJIBHUILY IO HAIIPaB-
JIEHUIO YYaCTKOBOTO IIe€UATPa BBIIIOJHEHO 00CIe0BaHIE
U JJId YTOYHEHUS AUATHO3a PEIIeHO IPOBECTU OMOIICUIO
neuenu. Corylacue pomuTesiell Ha IIPOBeIeHUE AMATHO-
CTUUYECKOH JIaIapOCKONUU U OUOICHUY IIeUeHU, a TaK)Ke
TyOJIMKAIINIO JaHHBIX OBLJIO IIOJIYUYEeHO.

ITox sHOTPaxeasbHBIM HAPKO30M IOCJTe 00paboTKU
OIIEPAIMOHHOTO IOJIA JOCTYIIOM IO IYIIOYHBIM KOJIBI[OM
BBIMIOJIHEH JIanaporenTes. JJOCTUTHYT MHEeBMOIIEPUTOHE-
yM 7 MM PT. CT., 3aBeJleH IePBbII TpoaKap AJSA OITHUYe-
CKOIi cucTeMbl 3 MM. [[OIIOJHUTEIHLHO YCTAHOBJIEHEI €I11e
2 Tpoakapa AJSA MaHUDYJIATOPOB. OcMOTpeHa OpIOITHAA
IIOJIOCTH — MMEEeT MECTO IIOJIHAA TPAHCIO3UIUS OPTaHOB
OproirHo# mosiocTu. IleueHsb MJIOTHAS, TOBEPXHOCTH MeJI-
KoOyrpucras, TeMHO-3eJieHOoTo 1BeTa (puc. 1).

IIpaBasd [mona meueHW DACHIOJIO}KEHA B JIEBOM IIOJIO-
BUHE KUBOTA, KEJUHBI Hy3bIPb MPEACTaBJIeH (prubdpos-
HBIM TSKOM, OTCyTCTBYeT nuhdepeHIuPOBKa HADYKHBIX
JKeJIueBbIBONAIIUX TyTed. Ilpm manbHelnell peBU3UU
BEChb KUIIIEUHUK PACIOJIOKEH «3ePKATbHO», CeJIe3eHKa He
ompezenserca (runomiasus?). BeimomHena 6uorncus meue-
HU (THcToJIOTHYEeCKOe ucciaenoBanue). IIpoBenena uHTpa-
OIlePAIIIOHHASA XOJIEI[UCTOXOJAHTHOTPADUSA — IKETUHBIH
IIy3bIPb HE MPOXOAUM, MeUeHOUYHbIe IIPOTOKKM He KOHTpa-
crupyiorcs (puc. 2).

VuurhiBasg MHTPAOIEPAIMOHHYIO KAPTUHY, V PeGeH-
Ka 3amomo3peH cuHapoMm leemapka. IIoBTOpHO BBIIIOJ-
HeHO Y3U opraxoB OproIHOH mostoctu. [Ipu mpoBegeHUNn
CKaHMPOBAHUSA BBIABJEHBLI 3epKajbHOe (00paTHOe) pac-
TIOJIO’KEHNEe OPTaHOB OPIOIITHOM IIOJIOCTHY, TeIaTOCILIEHO-
Meranusd, Audg@ysHasd HEOJHOPOJAHOCTH W IOBBIIIEHHAA
9XOreHHOCTH IAPEHX MBI II€UeHU, MHOYKECTBEeHHbBIE 106a-
BOYHBIE JI0JIU ceJiedeHKHU (puc. 3).

Pebenok BRINIMICAH U3 CTAIlIOHADPA HA 3-U IIOCJIE0IIepa-
IIUOHHBIE CYTKHU B CTAOMJIBHOM COCTOSHUY IIOJ HabJIome-
HUe ITeiuaTpa U TaCTPOIHTEPOJIOTA II0 MECTY JKUTEJIbCTBA.

Puc. 1. UnTpaonepanuoHHas KapTHHA IMeYeHH: PACIIVPEH-
Hasd, OTeUHasI KPYIJjas CBA3Ka IeYeH!, PACIINPEeHHbIe BeHbI.

a 0

Puc. 2. UHTpaonmepanmoHHas XOJIEIUCTOXOJaHruorpadus
(a) 1 Buj OPIOIIHOI CTEHKH IOCJIe OKOHYaHUA onepauun (0).

Puc. 3. Y3 OprourHoii moJIOCTH, BHIMOJHEHHOE IOCJEe OIle-
pamuu.

Puc. 4. Tucromornueckuii mpemapat ¢parMeHTa IEYEHU:
a — [ANCKOMILIEKCAIlNs II€UYeHOUYHBIX 0aloK, BBIPAKEHHBIH
(Gubpo3 MOPTAJBLHBIX TPAKTOB (OKpPACKa reMaTOKCUJIUHOM U
903UHOM, yB. 20); 6 — puOPO3 MOPTANBHBIX TPAKTOB, CKOILIE-
HUE JKeJIYU B )KeJIYHBIX IIPOTOKAX (OKPaCcKa reMaTOKCUJINHOM
¥ 903UHOM, yB. 40).

IIpn rucrTosormueckoM wucciefoBaHUU BO (hparMeHTax
eYeHU OTMeYaloTcA HapyIleHWe HOJbUaTOCTH, TUCKOM-
IIeKCcaIusa NeUeHOUHBIX 0aJIOK, IellaTOIUTOB C IpU3HA-
KaMU 3epHUCTOU nuctpoduu. B mopranbHBIX TpaKTax,
a TaK’Ke B IIUTOIJIA3Me YaCTH TellaTOIUTOB OIpPeHessaeT-
cA CKOIIeHUE Keuu. [IpuCyTCTBYIOT MX BBIPAYKEHHBIN
Gubpos, a TakKe ymepeHHasa auM@oIUTapHAA UHPUIb-
Tpanusd (puc. 4).

K cosxanenuio, mamyueHT MOCTYIINII IO HAIIle Ha0JIi0-
JeHre OUYeHb IIO3JHO U BBIIIOJHEHMNE APEHHNPYIOIIUX




TevYeHb ollepanuii y:xe He UMeeT CMBICJIa U CIIacTu pebeH-
Ka MOKeT TOJIbKO IepecaaKa IMeueHn.

Ilens myGauKaAIUU — MO3HAKOMUTD UUTATENS C Pel-
KAM cJIyyaeM coueTaHUs TMOPOKOB pasputusa. Ciaemyer
00paTUTh BHUMAHNE HA TO, YTO IIPU BBLISBJIEHUU Y HAIU-
€HTa HeMPaBUJIbHOTO PACIIOJIOJKEHUs BHYTPEHHUX Oopra-
HOB 0053aTeJIbHO HYKHO COOOIITUTEL eMy 00 9TOM U 3auK-
CHPOBaTh 9TO B MEAWIIMHCKOIN AOKYMEHTAIuu. Y TaKUX
IeTeil HeoOXOAUMO IOMHUTE O TOM, UTO JaHHOE COCTOSHUE
MOJKET COueTaThbCd U C APYTUMU aHOMAJUAMU Pa3BUTUA,

B T.4. U C HEMPOXOAWMOCTBIO JKEJUYHBIX XO0m0B. Eciau y
pebenKa ¢ 00paTHLIM PACIIOJIOKeHNeM BHYTPEHHUX Opra-
HOB MMeeT MECTO 3aTSHYBIIAsCS JKeJTyXa, TAKOM mamu-
eHT TpedyeT MIPUCTAJBHOTO OOCIENOBAHUS HA IIPEIMET
BO3MOXKHOM BA.
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